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A 42-year-old woman presented with a 1-year history of nasal obstruction associated with yellow to bloodstained nasal discharge. She had no other significant clinical history apart from quiescent chronic suppurative otitis media for the preceding 8 years. Physical examination via nasoendoscopy revealed a fl eshy polyp arising from the right middle meatus (fi gure 1). No pus or edema was noted. Computed tomography and magnetic resonance imaging (MRI) revealed a polypoid mass occupying the right posterior ethmoid sinus region, abutting the right sphenoid face, ethmoid roof, and the adjacent right medial orbital wall. No intracranial or intraorbital extension was seen. The left maxillary and ethmoid sinuses were clear (fi gure 2).
Transnasal endoscopic resection was performed, and the origin of the polyp was traced to the inferior twothirds of the right superior turbinate and face of the right Onodi cell. No invasion into the right ethmoid roof and medial orbital wall was found. A frozen section of the nasal polyp showed a salivary gland tumor that was diffi cult to further subtype intraoperatively. The decision was made to remove the polypoid mass in toto by resecting the right superior turbinate and lateral-inferior portion of the sphenoid face. Anterior and posterior ethmoidectomy and sphenoidotomy were also performed, and tissue was submitted from the right anterior ethmoid, superior turbinate, and middle turbinates.
Paraffi n section histology confi rmed the presence of a polypoid nasal tumor composed of anastomosing cords and trabeculae of polygonal cells, focally forming microcystic spaces. No tubule formation was seen. The tumor cells featured a range of cytologic appearances, including oncocytic-looking cells, clear cells, vacuolated cells, and some with eccentric nuclei and basophilic granular cytoplasm positive for PAS diastase, suggesting serous acinar cell differentiation (fi gure 3). Mucin stains were negative. Ultrastructural study of these latter tumor cells revealed electron-dense cytoplasmic zymogen granules 3 to 5 µm in size, corroborating the light microscopic impression. No perineural or lymphovascular space invasion was seen, and no tumor infarction or dedifferentiation was noted.
The fi nal diagnosis was ACC arising in the sinonasal cavity (ethmoid sinus). Surgical margins were clear, and there was no clinical evidence of metastasis. ACCs occurring in the sinonasal cavity, possibly arising from the minor salivary glands distributed in that region, are exceedingly rare. To our knowledge, only 15 such cases have been reported in the English literature. 1 A slight female preponderance has been observed in sinonasal ACCs, with most patients aged between 50 and 60 years. 1 The clinical presentation is not specifi c; predominantly exophytic growth can give rise to a long-standing nasal polyp, resulting in nasal obstruction, as occurred in our patient.
On histology, ACC may adopt a myriad of cytologic and architectural patterns, 2 thus mimicking a host of benign and malignant sinonasal cavity tumors, such as ectopic pituitary adenoma, low-grade sinonasal adenocarcinoma, mucoepidermoid carcinoma, and metastatic clear cell carcinoma, especially in the frozen section setting. The key microscopic feature that sets ACC apart from any of the above diagnostic considerations is the identifi cation of cells showing serous acinar differentiation, which can be confi rmed with immunohistochemistry (such as anti-amylase, carcinoembryonic antigen, or alpha 1-antitrypsin) and/or electron microscopy.
Despite its protean morphology, studies on major salivary gland ACCs have failed to show an association between the various histopathologic patterns and prognosis. 3 This remains to be verifi ed in sinonasal examples because of its rarity. The prognosis for patients with localized sinonasal ACC appears excellent, at least in the short term. Of the 15 reported cases to date, followed up for 16 months to 17 years, there has been no documented metastasis or mortality due to the tumor. 1 Treatment for ACC of the sinonasal cavity involves complete surgical excision with wide margins. Adjuvant radiation therapy is generally not indicated in localized disease unless there is diffi culty obtaining clear surgical margins. Our patient was managed with surgery alone and remains free of tumor 1 year posttreatment. Despite its favorable short-term outcome, however, it must be remembered that ACC is a lowgrade malignant tumor that may recur and/or metastasize many years after initial treatment. 3 Long-term follow-up is therefore advocated. 
